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Cor.jugation o f c o r t i s o l m e t a b o l i t e s ir. t h e u r i n e c o l l e c t e d from newborn i n f a r , t s , c h i l d r e n and a d u l t s was i n v e s t i g a t e d . By ior. e x c h a n g e c h r o m a t o g r a p h y i t was shown t h a t t h e c o r . j u g a t i o n p a t t e r n o f c o r t i s o l m e t a b o l i t e s i n n e o n a t a l u r i n e d i f f e r e d d i st i r . c l y from t h o s e i n t h e u r i n e of c h i l d r e n and a d u l t s . E v i d e n c e was f o , a~d f o r t h e p r e s e n c e o f a new US y e t u n i d e n t i f i e d t y p e of s t e r o i d c o n j u g a t e i n t h e u r i n e of newborn i n f a n t s . The f r e e s t er o i d s and t h o s e 0 -t a i n e d by e c z y r . a t i c h y d r o l y s i s from t h e g l u c ur o r i d e f r a c t i o r .
were e x t r a c t e d by A f r b e r l i t e XAD-2, and p l l r i f i e d by TLC and HPLC. The 6 i f f e r e r . t f r a c t i o n s o b t a i n e d by YPLC were a n a l y z e d by GC-MS. T h r e e new c o r t i c o i d s v i z . 6a-hydroxy-.
. T % T , 6 a -h y d r o x y -3 -c o r t o l o n e and 6a-hyd r o x y -8 -c o r t o 1 o r . e were i d e n t i f i e d by corn p a -i r . g t h e s e compounds t o s t e r o i d s s y nt h e s i z e d p r e v i o n s l y . T h e s e new s t e r o i d s a s w e l l a s THE, THF, 6%-hydroxy-F, 6 8 -hydroxy-E an2 t h e c o r t o l o n e c were qudnt i f i e c by g d s chrorr.atography o r mass f r a b~, e n t o g r a p h y . The a v e r a g e amoiu?ts (~g / ; k h r ) e x c r e t e d or, t h e s e c o n d day of l i f e Sy s i x i , a l l t e r x r.ewborr. i n f a n t s a r e p r e s e n t e d i n f i g . 1.
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PRELIMINARY REPORT ON PSYCHOLOGICAL DEVELOPMENT AT THE OUEBEC SCREENING NEF+JORK FOR METABOLIC DISEASES.
The a s s o c i a t i o n b e t w e e n n e o n a t a l h y p o p i t u i t a r i s m a n d l i v e r d y s f u n c t i o n w i t h p r o l o n g e d j a u n d i c e h a s b e e n made. We d e s c r i b e two p a t i e n t s who p r e s e n t e d w i t h s e v e r e n e o n a t a l h y p o g l y c e m i a (HG), h e p a t o m e g a l y , a n d h y p e r b i l i r u b i n e m i a ( d i r e c t a n d i n d i r e c t ) . T h e r e was c l i n i c a l a n d l a b o r a t o r y e v i d e n c e o f h y p o t h y r o i d i s m , h y p o -a d r e n a l i s m , hypogonadism a n d g r o w t h hormone (GH) d e f i c i e n c y i n b o t h . C a s e 1 ( f e m a l e ) had 4 b l o o d e x c h a n g e t r a n s f u s i o n s . L i v e r enzymes w e r e s l i g h t l y e l e v a t e d a n d b i l i r u b i n l e v e l s r e t u r ne d t o n o r m a l w i t h i n 5 months. A l i v e r b i o p s y showed m i l d p o r t a l i n f l a m m a t i o n . Growth r a t e (GR) was 50% o f n o r m a l d u r i n g t h e f i r s t 6 mo. i n t h e a b s e n c e o f d e m o n s t r a b l e GH r e l e a s e . Somatomedin(SM) l e v e l s w e r e 50% o f n o r m a l c h i l d h o o d l e v e l s a t 3 mo. b u t d e c r e a s e d t o h y p o p i t u i t a r y l e v e l s t h e r e a f t e r . SM i n c r e a s e d 3 . 5 f o l d a n d GR was 80% o f n o r m a l a f t e r GH t r e a t m e n t was a d d e d t o T a n d c o r t i s o l r e p l a c e m e n t t h e r a p y . C a s e 2 ( m a l e ) h a d g r o s s l y a b n o k a l l i v e r f u n c t i o n t e s t s , r e q u i r e d 1 b l o o d e x c h a n g e t r a n s f u s i o n a n d h y p e rh i l i r u b i n e m i a l a s t e d f o r 8 mo. A l i v e r b i o p s y r e v e a l e d g i a n t c e l l t e p a t i t i s . D e s p i t e T a n d c o r t i s o l t h e r a p y , h y p o g l y c e m i c e p i s -4 ~d e s c o n t i n u e d u n t i l GH t r e a t m e n t was begun a t 24 y r s . V i g o r o u s t r e a t m e n t o f HG a n d e a r l y d i a g n o s i s of h y p o t h y r o i d i s m a n d hypo-
J.H. D u s s a u l t , J. G l o r i e u x , J. L e t a r t e , H. Guyda a n d C. L a b e r g e , Quebec S c r e e n i n g Network f o r M e t a b o l i c D i s e a s e s , CHUL, Ouebec. S i n c e A p r i l 1 9 7 4 , t h e Quebec S c r e e n i n g Network f o r M e t a b o l i c D i s e a s e s h a s b e e n s c r e e n i n g e v e r y i n f a n t b o r n i n t h e P.Q. f o r I n e o n a t a l h y p o t h y r o i d i s m . S i n c e J a n u a r y 1 9 7 7 e v e r y i n f a n t
det e c r e d a n d t r e a t e d i s t e s t e d f o r i t s p s y c h o l o g i c a l a n d n e u r om u s c u l a r d e v e l o p m e n t a t a g e 1 2 , 1 8 a n d 36 months by t h e G r i f f i t h t e s t . Over t h a t p e r i o d 20 i n f a n t s a g e 1 2 months h a v e b e e n a ss e s s e d . T h i s a s s e s s m e n t c o m p r i s e s 5 d i f f e r e n t t e s t f o r l o c o m o t o r d e v e l o p m e n t , s o c i a l b e h a v i o r , v e r b a l , f i n e c o o r d i n a t i o n a n d p e r -T r e a t e d h y p o t h y r o i d i n f a n t s ( 2 0 )
Normal Mean I S. Nine o f t h e s e i n f a n t s h a v e b e e n r e t e s t e
d a t 1 8 months o f a g e , w i t h s i m i l a r s c o r e s . T h e s e r e s u l t s a p p e a r s t o i n d i c a t e t h a t e a r l y t r e a t m e n t o f c o n g e n i t a l h y p o t h y r o i d i s m i f e f f e c t i v e i n
p r e v e n t i n g n e u r o m u s c u l a r a n d m e n t a l r e t a r d a t i o n i n 1 2 a n d 1 8 months i n f a n t s a s a s s e s s e d by t h e G r i f f i t h t e s t . 
l t n r v d i s t r e s s svntlrome ( R D S ) . To a s s e q s t h e
i m p o r t a n w c,f. IIT, wr n~e.lsrlred t h v r o x i n e (T4) hv f i l t e r p a p e r s p o t (FPS) i n tlic f i r s t 5 ~l :~v a n i l i f e i n premature i n f a n t s ( P I ) w i t h N)S, I'I wit11 i l l n c , s s v . ; o t h c r t1l:tn XIIS, w e l l P I , s i r k t e r m i n f a n t ! ( T I ) .~n d w e l l T I . FP1'4 t . s t i m n t e s , as ,~p / d I s e r u m , were cornp;lr;lblf t o 5imul t.~nc,ou.;ll~-r>)J,~incd serum ---'TA v&ues i n c a c h ~r o u p . S C . e s t . , Z~c H i r t l l W t . . a l u t~~ werc s i r n i l .~r i n P I w i t h RI)S .~n d i n P I wit11 0 t h t . r i l l n e s s e s :rnd hrc,re l o w e r tl1.1n i n w e l l P I ( p < . 0 0 1 ) . The nc.an l'PT4 v a l u e f o r w e l l P I w.ls s i m i l a r t o t h .~t f o r s i c k TI and hot11 were l o w e r t l~:~n f o r w r l l 'TI ( p < . 0 0 1 ) . TSH, mensurcd hv FPS wns 4 lOul'/n:l i n n l 1 i n f ;~n t s wittr rPT4 4 S u p / d l .
Serum c r e n t i n e phospllokinnse l e v t . 1~. which nrrs c l e v . Circulatina levels of NE and E were measured i n cord a r t e r y , cord vein anddin mixed venous blood during the f i r s t 48 hours of I l l f e i n vaainallv and C-section delivered f u l l -t e r n infants. In I addition, i a t e r h l catecholamine (CAT) levels were measured imne d i a t e l y prior to delivery. CAT were measured by radioenzymatic assay using 50 ~1 plasma. Mean r e s u l t s a r e shown i n pg/ml. E  152  116  81  10  15 26 CAT levels were markedly elevated a t b i r t h and NE was the predom inant CAT. Cord a r t e r y CAT significantly exceeded cord venous levels. CAT levels were similar in infants of vaginal and Csection deliveries. Levels of NE and E f e l l rapidly a f t e r birth Conclusions: 1 ) Cord blood CAT levels a r e increased in term inf a n t s , the predominant response i s NE; 2) the increase i s not du t o the s t r e s s of vaginal delivery; 3) during the f i r s t 12 hours of l i f e , newborn CAT levels a r e only moderately elevated above r e s t i na a d u l t levels.
